Histiocytic sarcoma (HS) is an exceedingly rare hematologic malignancy that typically presents in the skin, gastrointestinal tract, and lymph nodes. Few cases of HS have been reported in the head and neck. We describe the case of a two-year-old girl presenting with two weeks of left lower eyelid swelling. Diagnostic testing and biopsy revealed a large inferior orbital mass causing severe bony destruction with extension into the sinuses. Pathologic analysis revealed classic features of histiocytic sarcoma. To the best of our knowledge, no previous case of histiocytic sarcoma occurring in the orbit of a child has been reported. We present an exceedingly rare case of histiocytic sarcoma in a young child presenting with eyelid swelling.
The patient was transferred to our institution for urgent biopsy of the mass. On examination, the patient was able to fix and follow with each eye, no afferent pupillary defect was noted, mild resistance to retropulsion was detected, and there was minimal gross proptosis. There was no restriction with extraocular motility or strabismus seen. There was a palpable mass in the anterior, inferior orbit with extension into the soft tissues of the cheek. Furthermore, the left globe was displaced superiorly. On slit lamp examination, there was neither chemosis nor conjunctival injection. The anterior and posterior segment examinations were normal.
After a thorough discussion with the child's parents, an incisional biopsy via a transconjunctival anterior orbitotomy and a concurrent bone marrow biopsy were performed. Intraoperatively, the lesion appeared reddish blue and there was extensive bony destruction of the zygoma and orbital floor (Figure 2 ).
Pathologic analysis of the lesion demonstrated a diffusely infiltrating, hypercellular tumor without architectural features. Polymorphic lesional cells with granular eosinophilic cytoplasm and large nuclei that were primarily round or oval and contained prominent nucleoli were seen with hematoxylin and eosin stain. Rare osteoclast-like multinucleated giant cells were also noted. There was minimal mitotic activity and no necrosis. Additionally, a moderately intense inflammatory reaction was seen. Immunohistochemistry and cytochemistry were performed. Initial bone marrow sampling revealed no infiltration with tumor and 2% blasts, which could represent benign immature hematopoietic elements. However bone marrow core biopsy was inadequate to definitively identify these cells. A subsequent biopsy was negative for morphologic evidence of tumor in the bone marrow ( Figure 3 ).
A diagnosis of histiocytic sarcoma was made. Pediatric hematology and oncology initiated chemotherapy treatment using the AEIOP anaplastic large cell lymphoma protocol 99. Thirteen months after presentation the patient is tumor free without evidence of recurrence.
Discussion
Histiocytic sarcoma is a rare and aggressive neoplasm defined by the World Heath Organization as "malignant proliferation of cells showing morphologic and immunophenotypic features of mature tissue histiocytes. 1 " It represents less than 1% of all hematologic non-Hodgkin's lymphomas. 2 Prior reports in the older literature using this term likely represented diffuse large b-cell lymphoma or anaplastic large cell lymphoma. 3 HS most commonly presents in the lymph nodes, bone marrow, intestines, skin, and spleen. 3 Only a few cases of HS presenting in the head and neck region have been described including the, palate 2 , nasal cavity 3 , parotid gland 4 , zygomatic, preauricular region 5 , and forehead. 6 To our knowledge, there are no reports of HS occurring in the orbit of a child.
The pathologic features of histiocytic sarcoma may include pleomorphic lesional cells with abundant granular eosinophilic cytoplasm, large oval or round nuclei with prominent nucleoli, and occasional infolding of nuclei. 3, 4 Immunohistochemistry and cytochemistry typically reveal lysozyme positive, vimentin positive, CD4, CD45, CD68, and CD163 positive cells that are negative for other T and B cell markers, langerin, CD1a, myeloperoxidase, and epithelial markers. Focal S100 positivity has been noted in some studies. 1, 5, 7, 8 All of these features, with the exception of focal positivity with S100 were noted in our patient.
Prognosis of HS is typically poor as it often presents as disseminated disease and there is no consensus on management. Various authors have suggested treatment with local resection and adjuvant radiation, while others have treated with myeloid leukemia, anaplastic lymphoma protocols or even thalidomide. 3, 9 Hornick et al demonstrated there have been significant rates of local and distant recurrences reported after local excision. 3 Similarly, chemotherapy has shown poor results. 10, 11 In the series described by Pileri et al, there were three children whose disease progressed despite chemotherapy. 12 We report an exceedingly rare case of HS in a young patient with an extremely unusual presentation of ophthalmic findings only without systemic disease. Following chemotherapy using the AEIOP anaplastic large cell lymphoma protocol 99, the patient is disease free 13 months after her last cycle of chemotherapy.
Conclusion
Histiocytic sarcoma is an extremely rare malignancy with a poor prognosis. Suspicion for this lesion in patients with orbital masses may help with early diagnosis and initiation of care. Osteoclast-like multinucleated giant cell is also noted as is inflammatory background with rare eosinophils.
